We report an unusually aggressive case of polyfibromatosis associated with an erosive arthropathy. This association has not previously been described.
Case report A 48-year-old West Indian man was well until February 1983 when he noticed stiffness of both hands and painful curvature of his penis on erection. In August 1983 he developed bilateral fibrotic palmar contractures. At the same time he noticed several spontaneous skin swellings on his arms and chest. On examination, he had multiple keloidal nodules on his shoulders, arms and presternal area, diffuse fibrotic palmar fibromatosis bilaterally (Dupuytren's contracture) and a fibrotic nodule palpable in the shaft of his penis (Peyronie's disease).
Since then his hands have deteriorated rapidly, producing bilateral flexion deformities ( Figure 1 ) and limited finger movements, so that he is now unable to work or even dress himself. The keloid-like nodules and plaques have continued to enlarge dramatically ( Figure 2 ) and arise both spontaneously and at sites of trauma such as venesection, although interestingly old scars have been unaffected. He recently developed stiffness of his feet but plantar fibromatosis was not clinically evident.
Investigations: Full blood count, ESR, serum urea and electrolytes, proteins, renal and liver function tests and muscle enzymes were normal. Pulmonary function and serum angiotensin-converting enzyme were also normal. Antinuclear and anticytoplasmic antibodies were negative.
X-rays showed a bilateral punched-out erosive peripheral arthropathy of the hands, feet and shoulders. There was no soft tissue calcification. A bone biopsy from a finger showed increased bone resorption with many osteoclasts eroding bone trabeculae, associated with clusters of macrophages and osteoblasts.
Surgical biopsies of several cutaneous nodules showed similar changes. Extensive interwoven bundles of collagen were seen occupying the whole dermis at scanning magnification. On higher power, cellular proliferation was evident between the broad bundles ( Figure 3 ). There was also extensive mucin deposition between the bundles on one biopsy. The fibroblasts were monomorphic but with many mitoses. The changes were in keeping with the early cellular, proliferative phase of keloid formation. They could, however, be possibly interpreted as being dermal manifestations of the polyfibromatosis syndrome.
To date this man's disease has proved totally resistant to therapy. Several treatments including topical, intralesional and systemic steroids, paraminobenzoic acid and high-dose penicillamine have failed to halt the progression of this disabling destructive condition.
Discussion
The fibromatoses cover a broad spectrum of benign fibrous proliferations which may be divided into two major groups: the superficial (or fascial) fibromatoses and the deep (or musculoaponeurotic) fibro-matoses1. The superficial fibromatoses comprise palmar, plantar and penile fibromatosis and knuckle pads; the deep fibromatoses consist of extra-abdominal, abdominal and intra-abdominal desmoids. Our case predominantly fulfils the criteria of a superficial fibromatosis with the added manifestation of an erosive arthropathy. The superficial group of fibromatoses are usually slow-growing and limited in extent. The clinical course may be divided into an early cellular, proliferative phase and a late collagenous, contractile phase. Our case appears to represent an unusually rapid and aggressive form of superficial fibromatosis associated with marked, spontaneous disfiguring keloid proliferations.
Palmar fibromatosis (Dupuytren's contracture) is associated with plantar fibromatosis in up to 20% of cases and penile fibromatosis (Peyronie's disease) in 1-3% of cases. An increased incidence of knuckle pads has been observed2. There is also an increased incidence in epileptic3 and diabetic patients4 and patients suffering from chronic alcoholism and hepatic cirrhosis5. This case had none of these predisposing disorders. There are no previous reports of palnar and penile fibromatosis occurring in association with keloid formation, but there are reports of coexisting knuckle pads and keloid1. Although there is an increased incidence of keloid formation in Negroes, palmar fibromatosis is rarely encountered in blacks.
Keloids have occurred within areas of localized scleroderma6 and keloid-like lesions have been described in thickened areas of skin in patients with progressive systemic sclerosis7. This appears to be due to a keloidal response to the early inflammatory component of scleroderma in predisposed individuals. In this case, however, there was no history of Raynaud's phenomenon, no soft tissue calcification or true scerodactyly. Barium studies were normal and there were no histologic changes of morphoea even on deep surgical biopsythus there is no evidence of scleroderma. Whipple's disease is an extremely rare disorder characterized by a protracted course with multisystem involvement. In his original paper, Whipple' described the fatal illness of a young doctor who suffered from persistent diarrhoea and progressive weight loss. Later publications have emphasized the general effects of this disease which have included arthropathy, neurological impairment and pigmen-tation2. Up to 1947 all cases were diagnosed at post-mortem examination, but more recently the diagnosis has been established by jejunal biopsy2.
Endoscopy has allowed direct visualization of the duodenum together with directed biopsy of patchy abnormalities3~-10 Case report KL was a 44-year-old, unemployed, mentally retarded man, who first presented 2 years earlier with 15kg weight loss. He had been ill for 6 months, during which time he had a poor appetite and had
